SUMMARY Immunochemical analyses (Western blots) of cerebellar homogenates for glutamate dehydrogenase (GDH) from patients with spinocerebellar degeneration and control subjects were conducted. Four patients with autosomal dominant Joseph disease type of spinocerebellar degeneration, one patient with autosomal dominant olivopontocerebellar degeneration and four control subjects were studied. GDH was of the same molecular weight and amount in all patients and control subjects. These data together with normal GDH activity from these same homogenates published previously support the view that GDH is not involved in the pathogenesis of these types of dominantly inherited spinocerebellar degeneration.
The primary biochemical defect in autosomal dominant Joseph disease (JD) and olivopontocerebellar atrophy (OPCA) is not known.'" A deficiency in fibroblast and leukocyte glutamate dehydrogenase (GDH) (EC 1.4.1.3) specific activity has been reported in autosomal recessive and autosomal dominant forms of OPCA."-'5 The protein content of leukocyte GDH was reported to be decreased in four of 14 patients studied with spinocerebellar degeneration (SCD) and the reduction in the protein content was proportional to that in the enzyme activity. '6 We have reported normal mitochondrial and cytosolic GDH activity in cerebellar and cerebral cortex from OPCA and JD patients compared to control subjects." We follow up here on those studies by reporting the Western blot analysis of GDH in the cerebellum from JD and OPCA patients and control subjects. Plaitakis found normal GDH activity in autosomal dominant OPCA. However, Duvoisin et al 3 4 found low leukocyte GDH in presumably dominantly inherited OPCA, with patients having 38% of normal GDH leukocyte specific activity. Finocchiaro et al 5 studied GDH in leukocytes in 11 patients with dominantly inherited OPCA, in three patients with recessively inherited OPCA, and in one sporadic case. Leukocyte values were reduced to 68% of control and reduced to 46% in muscle mitochondria compared to control in the dominantly inherited OPCA patients. They found that an oral glutamate loading test produced higher plasma glutamate levels in patients compared with controls. They concluded that a subset of OPCA patients had a defect in mitochondrial glutamate metabolism."
Materials and methods

Patient material
We utilised cerebral cortical and cerebellar cortical frozen necropsy samples obtained from JD, OPCA, and control patients for GDH assays. There was no statistically significant difference in specific activity of mitochondrial or cytoplasmic GDH in OPCA or JD samples compared with control subject samples." 
